ߜ Chordoid meningiomas are a rare but increasingly recognized subtype of meningioma. Although some cases have been associated with systemic symptoms, in many instances the clinical features are indistinguishable from those associated with other subtypes of meningioma. Given the prognostic significance of the diagnosis of chordoid meningioma, careful consideration should be given to the diagnosis during histological assessment. The authors describe a rare case of chordoid meningioma in the cervical spinal region. 
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HORDOID meningioma is a rare but important subtype of meningioma that has been reported to occur predominantly intracranially. We present a case of chordoid meningioma located in the cervical spine region.
Case Report
History. This 26-year-old man first presented at the age of 8 years with sudden-onset weakness in his lower limbs (MRC Grade 3/5) associated with pyrexia, headache, and vomiting. The results of head computerized tomography scanning were normal and a diagnosis of viral meningitis was rendered. He recovered fully and remained well until he presented again at the age of 14 years with bilateral progressive lower-limb weakness (MRC Grade 2-3/5), pyrexia, urinary retention, and dyspnea. The results of both lumbar puncture and head computerized tomography scanning were normal. Owing to the progressive neurological deficit, a diagnosis of Guillain Barré syndrome was made and he was treated with immunoglobulin G. Imaging of the cervical spine was not performed during either of these presentations.
Following rehabilitation he made a gradual but complete recovery and remained well. He was fit enough to engage successfully in mountaineering prior to presenting for a third time in June 2003 at the age of 26 years, complaining of cramping in his legs and unsteadiness. His walking progressively became limited to 50 m with a diminished power (MRC Grade 4/5) in his lower limbs, increased reflexes on the left side, and a positive Hoffmann sign.
Cervical spine MR imaging was performed during this presentation, which demonstrated a large intradural, extramedullary, enhancing lesion at C-3 with cord compression and extensive edema anterolaterally (Fig. 1) .
Operation. The patient was referred to our center where he underwent resection of the tumor through the far-lateral approach. 8, 12 An incision was made 1 cm behind the left mastoid process down to C-5. The muscles were split down to the transverse processes of C-3 and C-4 and then carried upward to C-1 and C-2, after the C-2 nerve root was identified and preserved. Laminectomies of C2-4 were then performed and some of the lateral mass and facet were removed at C-2 and C-4 to gain access to the extreme ventral surface of the dura. A vertical incision was made in the dura just behind the normal position of the dentate ligament to expose the intradural contents. The tumor was firmly attached to the ventrolateral surface of the dura. It was of hard consistency and exhibited signs of old hemorrhage. It was smooth, slightly lobulated, and measured approximately 10 mm in maximum dimension (Fig. 2 ). There was a clear plane between the tumor and the spinal cord and total excision with dural attachment was performed.
Postoperative Course. During surgery the patient's Cervical spine chordoid meningioma
Case report blood pressure was kept at slightly above normal levels to maintain the microcirculation when autoregulation was lost. A lumbar drain was inserted and cerebrospinal fluid was drained at a rate of 10 to 15 ml/hour for 3 days to minimize pseudomeningocele formation. In the immediate postoperative period the patient developed weakness in his left arm that resolved 6 hours later after therapeutic hypertension of his blood pressure was instigated. There were no other complications and he was successfully discharged without any neurological deficit. Two months later he had no symptoms and on examination had no neurological deficits. Histopathological Findings. The tumor had a prominently myxoid stroma, within which the neoplastic cells were arranged in cords and small whorls (Fig. 3) . The cells had round to oval, mildly pleomorphic nuclei and moderate amounts of cytoplasm. Intranuclear pseudoinclusions were seen in some tumor cells. Physaliphorous cells were not identified. Mitotic figures were inconspicuous, and necrosis was absent. A focal lymphocytic inflammatory infiltrate was present. Many of the tumor cells showed membranous positivity for epithelial membrane antigen. The results of cytokeratin and S100 staining were negative.
Discussion
This is a report of an unusual case of chordoid meningioma located extracranially in the cervical spine. The term chordoid was first used by Kepes, et al., 6 to describe the histological pattern of tumors that in some areas resemble typical meningiomas but in other regions have features reminiscent of those seen in chordomas. These tumors have, at least in some areas, a prominent myxoid stroma in which cells may be arranged in cords. Although cells in chordoid meningioma may be vacuolated, they typically lack physaliphorous cells characteristic of chordoma. It is unclear whether the chordoid appearance of the tumor is a degenerative phenomenon or whether it reflects a more fundamental property of the neoplasm. There is disagreement among neuropathologists regarding the proportion of chordoid histology necessary to classify a lesion as a chordoid meningioma.
Chordoid meningiomas are rare and may only represent 0.5% of all meningiomas. 2 The relatively small number of cases of chordoid meningioma reported in the literature makes prediction of the tumor behavior in an individual patient difficult; however, because of the reported increased risk of recurrence, chordoid meningiomas are currently regarded as World Health Organization Grade II lesions.
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If subtotally resected the recurrence rate of chordoid meningioma is reported to be 100% 2 compared with a rate of 61% for typical meningioma over a 10-year period.
Patients with typical meningiomas in the spine present with pain, and these tumors usually affect women in their fifth to seventh decade and are frequently located in the thoracic region. In contrast, the patient reported on here was a young man in his 20s who presented with spinal cord compression, in addition to pyrexia and other unusual symptoms but without any pain.
It was not possible to make a preoperative diagnosis of chordoid meningioma, because the clinical and imaging features were indistinguishable from a typical meningioma. Once the diagnosis is confirmed through careful pathological examination, it might be advantageous to bear in mind the higher rate of recurrence when treating and reviewing these patients.
When first described, chordoid meningiomas were thought to affect young patients who present with one or more features of Castleman syndrome 6 (iron refractory microcytic anemia, hepatosplenomegaly, retardation of somatic and sexual development, and bone marrow dysfunction). In a recent publication, however, clinical manifestation of Castleman syndrome was not shown to be a prerequisite for the diagnosis. 2 To the best of our knowledge, there are 60 cases of chordoid meningiomas reported in the literature. [1] [2] [3] [4] [5] [6] [7] [9] [10] [11] 13, 14 Among the series of 42 patients studied by Couce, et al., 2 one tumor was reported to be located in the spine but no further detail was provided.
We summarize the above published cases of chordoid meningioma in Table 1 and include in Table 2 an additional six cases of histologically confirmed intracranial chordoid meningioma treated at our unit but not previously published in the literature.
Conclusions
Spinal chordoid meningiomas are rare but should be included in the differential diagnosis of extramedullary tumors of this region. Both clinical and radiological features of chordoid meningioma may be indistinguishable from those of a typical meningioma in the preoperative period and careful histological examination will be essential to establish the diagnosis. Given the paucity of information regarding the outcome of patients with spinal chordoid meningioma, it is not possible to predict prognosis reliably; however, taking into account the relatively poor prognosis of intracranially located chordoid meningioma, this entity should be carefully considered in patients with spinal tumors. 
